A 2 1/2 y e a r old male child(D.E.) with multiple congenital anomalies, severe psychomotor retardation, generalizedseizures, chroni c herpetic gingivostomatitis, overwhelming pneumococcal meningitis and sepsis was found t o have a partial combined immunodeficiency.
During the course of his hospitalization, D. E. developed intractable diarrhea and was noted to have a decreased lymphoproliferative r esponse to PHA, decreased T-cell rosette formation, a persistent lymphopenia and normal erythrocyte adenine deaminase (ADA) activity. Immunoglobulin therapy and parenteral hyperalimentation failed t o alter his clinical course. Following transplantation of a 16-week fetal thymus enclosed i n a millipore chamber there was prompt clearing of the herpetic lesions and cessation of the diarrhea within a few days after transplantation and a n appearance of lymphocyte responsiveness to PHA one month Iater. Nine months after transplantation the patient remains infection-free and continues t o display an intact cellular immunity. This r e p o r t describes a previously unrecognized presentation of combined immune deficiency and sugg e s t s a new approach t o therapy.
SERUM I g E LEVELS IN PARENTS AND CHILDREN. J o h n W.
G e r r a r d , S a n d r a H o r n e , P e g g y V i c k e r s , J o h n W. Mac-K e n z i e , N a t h a n G o l u b o f f , J o h n Z . G a r s o n , C a r l o s S. M a n i n g a s . C o l . o f M e d i c i n e , U n i v . o f S a s k a t c h e w a n , D e p t . o f P e d i a t r i c s , U n i v e r s i t y H o s p . , S a s k a t o o n , S a s k . , C a n a d a .
S e r u m I g E l e v e l s h a v e b e e n s t u d i e d i n 8 0 f a m i lies. L e v e l s less t h a n 1 5 0 u/ml w e r e c o n s i d e r e d l o w , l e v e l s o f 1 5 0 u/ml o r above w e r e c o n s i d e r e d h i g h . F i f t y -o n e m a t i n g s w e r e b e t w e e n p a r e n t s w i t h l o w l e v e l s o f I g E ; 1 9 % o f t h e i r o f f s p r i n g h a d h i g h l e ve l s . T w e n t y -t w o m a t i n g s w e r e b e t w e e n p a r e n t s o n e o f whom h a d a l o w l e v e l o f I g E a n d o n e o f whom h a d a h i g h l e v e l ; a p p r o x i m a t e l y h a l f ( 4 3 % ) o f t h e i r c h i l d r e n h a d h i g h l e v e l s . S e v e n o f t h e m a t i n g s w e r e b e t w e e n p a r e n t s w i t h h i g h l e v e l s , a p p r o x i m a t e l y t h r e e -q u a r t e r s ( 7 7 % ) o f t h e i r c h i l d r e n h a d h i g h l e ve l s . T h e r e s u l t s are c o n s i s t e n t w i t h l o w I g E l e v e l s b e i n g d e t e r m i n e d b y t h e p r e s e n c e o f t w o d o m i n a n t g e n e s , t h e a b s e n c e o f o n e o r t h e o t h e r p e r m i t t i n g h i g h l e v e l s t o occur. T h e u l t i m a t e l e v e l s o f I g E are p r o b a b l y a l s o i n f l u e n c e d b y a g e a n d e n v i r o nm e n t a l f a c t o r s s u c h as e x p o s u r e t o h e l m i n t h a n d o t h e r a n t i g e n s .
OF MALES WITH CHRONIC GRANULOMATOUS DISEASE, THEIR MOTHERS, AND SISTER CARRIERS. Joseph R. Goodman, Diane W.Wara, X D . S e , * and Arthur J.Ammann. Univ. C a l i f . San Francisco, Vet.Adm.
Hosp. San Erancisco, and Univ. Wash.Med.Ctr. *, S e a t t l e .
Chronic granulomatous d i s e a s e (CGD) is an i n t r i n s i c d e f e c t of phagocytic c e l l s result in^ i n decreased capacity t o k i l l c e r t a i n b a c t e r i a and is a c o n s i s t e n t c l i n i c a l syndrome.Defecti v e phagocytosis is present i n a milder form i n female c a r r ie r s who are, i n general, asymptomatic.Tubu1ar r e t i c u l a r s t r u ct u r e s (TRS) have been demonstrated i n p e r i p h e r a l lymphocytes and monocytes i n p a t i e n t s
w i t h d i s c o i d lupus erythematosus (D LE)
.Recently we became aware of 4 boys with CGD who had mothe r s with DLE.Therefore, we examined t h e p e r i p h e r a l mononuclear c e l l s by e l e c t r o n microscopy from a s e r i e s of males with CGD, t h e i r c a r r i e r s i s t e r s , a n d t h e i r mothers, both with and without DLE, t o a s c e r t a i n t h e s i g n i f i c a n c e of TRS i n t h e s e two d i s e a s e s t a t e s : CGD Mothers Mothers S i s t e r Normal males with DLE without DLE C a r r i e r s Controls #studied 10 3 4 3 12 # p o s i t i v e f o r TRS 5 2 1 1 0 These s t u d i e s suggest t h a t p a t i e n t s with CGD and DLE s h a r e an abnormality,which may b e an a d d i t i o n a l abnormality t o t h e est a b l i s h e d phagocytic d e f e c t i n CGD.The CGD c a r r i e r s t a t e may predispose t o DLE. Further i n v e s t i g a t i o n of phagocytosis i n p a t i e n t s with DLE and e l e c t r o n microscopic examination of peri p h e r a l mononuclear c e l l s i n CGD should be performed. 
METABOLIC AND FUNCTIONAL DEFECTS I N NEONATAL GRANULOCYTES (PMN

f t e r phagocytosis of y e a s t N-PMN e x h i b i t e d s i g n i f i c a n t depressions i n a c t i v i t y when compared t o t h e c o n t r o l s (783t132 cpm 14~02/1x106 PMN v.s.
1545'179, P<0.01). This was p a r a l l e l e d by reduced r a t e s of q
consumption by N-PMN a f t e r 10 min. of phagocytosis (10-15 min. 2.89t0.19 pmoles115x106 PMNImin. v . s . 3.6650.20, P<0.02; 15-20 min.;1.76?0.11 v . s . 2.30f0.11, P<0.02), while i n i t i a l r a t e s were s i m i l a r . These d e f e c t s may r e f l e c t decreased Hz02 production. These observations were p a r a l l e l e d by a mild but s i g n i f i c a n t reduction i n t h e k i l l i n g of S. aureus 502A by N-PMN e v i d e n t only on prolonged incubation (60 min.;92.8% k i l l e d v . s . 95.7%, P<0.02, 120 min.;95.1% v.s. 97.2%, P<0.05).
These s t u d i e s suggest t h a t N-PMN have diminished Hz02 production r e f l e c t e d i n a mild impairment of b a c t e r i c i d a l a c t i v i t y . When coupled with previously documented opsonic and chemotactic d e f e c t s t h e s e f i n d i n g s may have pathogenetic s i g n i f i c a n c e i n t h e increased s u s c e p t i b i l i t y of t h e N t o i n f e c t i o n . THE SELECTIVE TRANSPORT OF MATERNAL PLASMA PROTEINS ACROSS
PULMONARY COMPLICATIONS OF HYPOGAMMAGLOBULINEMU. Nancy N .
THE MAKMARY GLAND. Jonathan i), G i t l i n and David G i t l i n ,
Huang, Lourdes Laraya-Cuasay, Dale S. Huff, Adamadia Deforest, Univ. of P i t t s b u r g h School of Medicine.
Judy Palmer, Nasira Yasmin, Harold W. Lischner. Temple Univ. Colostrum and milk a r e r e l a t i v e l y r i c h i n a n t i b o d i e s , Sch. Med. and S t . C h r i s t o p h e r ' s Hosp.for Children,Phila.,Pa. f r e q u e n t l y i n higher t i t e r s than a r e p r e s e n t i n t h e maternal Ten boys with congenital hypoganrmaglobulinemia from 4 famc i r c u l a t i o n . To study t h e s e l e c t i v i t y and t h e mechanisms of i l i e s have been followed f o r 7-18 y e a r s . Five were diagnosed i n p r o t e i n t r a n s p o r t a c r o s s t h e mammary gland, p u r i f i e d p r o t e i n s infancy. Serum IgG was below 1 mglml i n a l l but one (2.1 mg/ml were l a b e l e d with 13'1, and i n j e c t e d intravenously i n t o nona f t e r therapy), IgA below 0.05 mglml i n a l l and IgM below 0.1 l a c t a t i n g mice and i n t o l a c t a t i n g mice a f t e r p a r t u r i t i o n . mglml i n a l l but one (0.2 mglrnl). A l l received gammaglobulin A l l animals including t h e sucklings were assayed a t i n t e r v a l s from d i a g n o s i s and 5 plasma f o r t o 4 y e a r s . A l l had m u l t i p l e f o r t o t a l body r a d i o a c t i v i t y . The transmammary t r a n s f e r r a t e episodes of a c u t e b r o n c h i t i s and pneumonia beginning e a r l y . of a given p r o t e i n was measured a s t h e d i f f e r e n c e i n t h e H.influenzae (non-typeable) and Staph.aureus were t h e major disappearance r a t e s f o r t h a t p r o t e i n between l a c t a t i n g and pathogens, v i r u s e s were not found. One c h i l d age 10, died of non-lactating mice, and confirmed by t h e uptake of l a b e l e d bronchopneumonia and s e p s i s complicating a d r e n o c o r t i c o s t e r o i d p r o t e i n v i a milk by t h e sucklings. Of t h e p r o t e i n s s t u d i e d , t r e a t e d chronic m y o s i t i s . He and 3 of the 7 s u r v i v i n g c h i l d r e n human IgA with and without attached s e c r e t o r y piece, human aged 7 , 9 and 13 y e a r s , have no d e f i n i t e chronic pulmonary d i sIgG and bovine IgG were most a c t i v e l y transported. Mouse IgG e a s e , though a c u t e i n f e c t i o n s were o f t e n followed by a p e r s i sand human t r a n s f e r r i n were a l s o t r a n s f e r r e d i n t o milk, but t o t e n t cough i n s p i t e of i n t e n s i v e a n t i b i o t i c therapy. This phea l e s s e r degree than human IgG. There was l i t t l e transnornenon led t o b r o n c h i e c t a s i s i n the o t h e r 6. Two died of mammary passage of human albumin o r human IgG l i g h t chains. pulmonary i n s u f f i c i e n c y a t ages 15 and 20. Among those survivThe d a t a i n d i c a t e t h a t t h e s e l e c t i v i t y of t h e mammary gland ing with b r o n c h i e c t a s i s , 2 have severe r e s t r i c t i v e and obstruci n i t s permeability t o maternal plasma p r o t e i n s i s q u i t e t i v e p a t t e r n s i n pu1monar.y f u n c t i o n and 3 aged 16-21 had lobecd i f f e r e n t from t h a t e x h i b i t e d by t h e placenta.
In a d d i t i o n , tomy. P a t h o l o g i c a l examination revealed severe b r o n c h i e c t a s i s although some i n v e s t i g a t o r s a t t r i b u t e t r a n s p o r t p r o p e r t i e s and s c l e r o s i s of bronchial a r t e r i e s . The s e v e r i t y of pulmonary t o t h e "secretory piece" found a t t a c h e d t o IgA i n various d i s e a s e could not be c o r r e l a t e d with i n i t i a l serum immunoglobs e c r e t i o n s including milk, t h i s is not supported by t h e u l i n l e v e l s , proportion of B lymphocytes i n p e r i p h e r a l blood, p r e s e n t d a t a , s i n c e IgA without s e c r e t o r y p i e c e t r a v e r s e d t h e a g e . a t onset of g a m g l o b u l i n therapy, serum i m u n o g l o b u l i n mammary gland a s r e a d i l y a s d i d IgA w i t h s e c r e t o r y piece.
l e v e l s during therapy o r a n t i b i o t i c therapy.
